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 BbicoKocneuunanmManpoBaHHasa TKaHb
 Me3ogepmaribHOe NPOUCXOXAEeHUue
e CocTOomuT U3:
- MbIWeYHbIX KJ1IemokK (unu cumMmnsiacmos)
- pocJsioeKk coeduHUMesIbHoU mKaHu
e PYHKUMUA:
eocripusimue Hep8HbIX UMMYJIbCO8
- ocyujecmeJsieHuUe CokpaweHus
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- dnUTenUuanbHbLIe ° MebiweyHasa (coKkpaTUMmMocTb)

o - HepeHasa (pa3apaxumocTb
- TKaHW BHYTpeHHeWu P (pasap )
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JBONIOLUNA MbILLEYHbIX TKaHen

B pasHbIX rpynnax >XMBOTHbIX B npoLecce
9BOSTIOLIMUN — HEOHOKPAaTHOE U
He3aBMCUMOE BO3HUKHOBEHME;

 Hanbonee apeBHME cOMaTUYECKUE U
BUCLEparbHble — N3 aNUTENmMarnbHoO-

MbILLEYHbIX KIETOK KOXHOMo U KULLEYHOIO
ANMUTENNEB;

» HacToswmne Mbll.KNeTKN BNepBble
ondpdepeHumnpyroTcs y rpredbHEBMNKOB



IANUTEnnarnbHO-MbILLEYHbIE KIETKU
KNWEYHOMNMOJ1IOCTHDbIX

Puc. 76. O6bemHasi cxema yJAbTPAaCTPYKTyPHOH OPraHH3aLHH SIHTEAHAJIbHO-Mbi-
LIEYHBbIX KJIETOK MeAY3bl (BHA CBepxy).

'mapa: B 3TUX KNeTKax HeT nonepevyHou ncyepyeHHoctn. PacnonoxeHue nx B
3KToaepmMe — BOOSb Tesa, B 3HTOAEepPME — NonepeyHo.
MeAy3bl: KOCO- U MONepevYHo ucyepvYeHHble MMoubpunnbl




MHoOXecTBeHHbIe apa

Kapanomuouut
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MMapkas mbileyHas KneTka




TMCTOM'EHETUHECKAA KINIACCUPUKALIUA
MbILLEYHbLIX TKAHEW

e COMATUYECKOI'O TUNA — n3 mmotomos
COMMUTOB; CKerleTHasi MyckKynartypa

e HEJIOMUYECKOI'O TUIA — n3 muokapou-

anbHOW NMNAaCTMHKU BUCLIEPanbHOro nUcTka
CniaHXHOTOMA; cepaeYvyHas MblLlLa

e ME3SEHXMMHOIO TUIA - 13 meseHXxuMb;

Mmaakue Mbilllbl




CermeHTauus

Me3oaepmMbl Ha COMUTDBI
(8E - Mbiwb, 22E - yenoBek)
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http://www.med.unc.edu/embryo_images/unit-mslimb/mslimb_htms/mslimb002.htm



’KabepHble wenn

Pa3Butue
MbILLEeYHOU CUCTEeMbI

PotoBasa byxTa

Comutbl

CoMMTBI 3m6pnoH4-x Hepenb, 6 MM ANUHbI, 43-44 comuTa

HepBHaa Tpyoka

JkTomepma

OepmaTtom

- Nop3anbHasa mezonepMa

| Sy
| CxeMa 3aKnagKu oceBbiX OpraHoB

MagKHX MbIWLL

JHTOOEpPM A
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Boldrin et al., J. Histochem. Cytochem. 2010




OcCHOBHble MapKepbl MUOTEHHbLIX KNETOK-NpeaLweCcTBEHHNKOB Ha pPa3sHbIX
cTagusx popmMmpoBaHna MUOUOPUNIT

[no Deries, Thorsteinsdottir, 2016].

MPC MwuobnacTtbi MwnouuTbl MepBu4YHble MMOTYObl  BTOpMYHbIE MMOBAacTbl  3penbie MModUbpUnbl
Pax3/7 MyoD/Myf5/ aecmund, Myh3/7, Actal, CAlll

MRF4/muoreHmH Pax7 Myh2/4
CHayvana PAXx-3 —nonoxuTterbHble KNeTku gepMmatommoTomMma ( nepBuYHbIE
muobnacTtbl) akcnpeccupytoT slow MyHC n MyLC1 (myosin light chain 1)
0OpasyoT MbILWLbl MeaSIEHHOro Tuna.

3atem 4acTb Pax3-nonoXuTenbHbIX KITETOK, BTOPUYHbLIX MMODNacToB, HaYMHaeT
aKkcnpeccupoBaTbh Pax7, ypoBeHb akcnpeccun Pax3 npu aTtom nagaet. B ato
BpeMa HauymHaeTtcs akcnpeccus obicTpbix nsogopm MyHC (Myh2, Myh4) . B

pesynsrate aKkcnpeccupyrotTcs n measneHHolie (Myh7) n oeictpble nsogopmbl
MUO3WHA, CKeNneTHbIN a-akTuH (Actal), aecmuH, kapboanrugpasa Il (CAlll) .

[MosBneHue nepBbiX CMHAlNCOB — B Nepno pasaesieHnA nepBUYHbIX MI/IOTy6yJ'I



AMOpUHoreHes CKerieTHOM MblilLbl.
HeobxoaumMbl MmmoreHnH, PAX

Myoblast

Myoblast

PUCYTCTBYET
M-kaarepuH.
yxeH Ca2+.

b Pre-fusion complexes € Fusion Plaques

Membrane
Dissolution

f  Myotube

B. G. Caserto Vet Pathol 2013;50:806-826 Veterinary Pathology

Copyright © by American College of Veterinary Pathologists



CTAOUN TUCTOIEHESA
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MWNOITeHHbIE KITETKWA
(M3 MMOTOMOB COMMTOB)

Y

MUoobnacTbl
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MNOCUMINIIaCTbl

MUOTYOYIbI

3pernoe
MbILLIEYHOE BOJTIOKHO



Al junction Al junction

[ T tubular system

- sarcoplasmic reticulum

myofibrils

mitochondria

external lamina




MUTOXOHAPUAJTIbHbIN
PETUKYIIYM

«ITAXKN»

HUT4YaTbleé MUTOXOHOPUN

MexmMuToxoHAapuarbHble KOHTaKTbI (MMK? "



CrpoeHue Me:KMUTOXOHAPHAJIBHOI0 KOHTaKTa (MMK)
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LluTockener nornepe4vyHo-nosfiocatoro
MbILWEe4YHOro BOJiIOKHa

CreKkTpuH,
BUHKUITUH,
aHKUPWUH 1 ap.

[lecMuH,
BUMEHTUH,
donnamuH




OnopHbIN annapaTt MbILLeYHOro BOJIOKHA
Z-Disc |

Desmin alpha-Actir
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Circ Res. 2004; 94: 296-305.




| AMMNAPAT NEPEOAYUN BO3BbYXOEHUA
CAPKOTYBYJNAPHAA CUCTEMA:

e capkonsiasamaTu4yeckas ceTb
e T-TpyOOUKM

TepMUHanNbHbIE
uuctepHsbl CI1P
(kanbyui-
cesizbiearowjuu 6esnok
KasibCeKkeeCcmpuH)

T - TpyOoOuUKa

Tprnapa

Z - MOJIOCKa

IMPD ckennemHou
MbIWYbI 20/108acmuka
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Capkomep (Mnomep)

(Pasmepbl y 10360HOYHbIX 2 — 3 MKM — 1,5 MKM)
I

Z-nNnacTuHKa H Z-nnacTtuHka

M (me3ocdparma) | (Tenodparma)
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KNACCUPUKALIUA
NMONMEPEYHOMNOJIOCATbIX MbIiLLL

[lo xapaKkTepy coKpalleHUS:

- pa3HbIE (crnocobHbI omeeyams Ha OOUHOYHBIL CIUMYIT
KpamkospemMeHHbIM 0OUHOYHbIM COKpaweHuUem)

- TOHNYECKUE (omeeuatrom Ha rno8mMopHkIe Hep8HbIE CMUMY/IbI,
rnodoepxxusarom moHyc) —y amdpunbun (y 4yen. — rnasoaBuraTenbHble)

[lo ckopoCcTU coKpalleHus:

- BbICTPbIE (2eHepupyrom Kopomkue, 3HepauYHble CoKpaw,eHus)

- MeAJ1EeHHDbIE (medrneHHbIe npodomKkumerbHble COKpauleHUs)

Mo TUNYy OKUCJINTerN1bHOro obmMeHa (nyTb obpasoBaHnsa ATD)

- KDACHbIE (aspobHoe okucrieHue)

- benble (aHas3pobHbIU mun memaboriusma)

- IPOMEXKYTOYHbIE (OKUCNUTENBHO - MMUKONUTUYECKUE)




OA3HAA MYCKYNATYPA MINEKOIMUTAKOLLUX

[MpusHaku THnbl MbILLIX
I — xpacHble IT — 6enbie

IIBer KpacHbIi benblii

Huamerp Manpii Bonpuioit

MuoduGpuiuis IllnpuHa u xonmuyectBo IlIupuHa M KOJIUYECTBO
MeHbllle, yeM B Oenblx  Gonblle, YeM B KPacHBIX

Capkomnnasma bonbiue, yem B Genvix  MeHblle, yeM B Kpac-

HBIX

Muorno6uH MHoro Mao

MuroxoHapun MHorouucieHHbIe Bonee peaxue

Jiuvamu Z u M JInnuu Z mupoxkue, M- JIuuuu Z u M Bhipaxe-
HUM M cnabo Bblpaxe- HbI
Hbl WIM OTCYTCTBYIOT

Xup MHoro Mano

[nuxkoreH Maio MHoro

AKTUBHOCTB nunia3  Bricokas Hwuskas

AxTHUBHOCTb ¢ocdo- Hmu3skas Bricokas

pwiasbl

AKTHUBHOCTb OKCHIa3 Bricokas Huskas

AXTUBHOCTD 1esioy- OuyeHb BhICOKas YMepeHHas

Ho#l ¢ocdaTassl

AxTUBHOCTh KHUCIOi Huskas Bricokas

ATPa3mn

AKTUBHOCTb CyKUH- Bbicokas Hwuzkas

HaTAeTUAPOreHashbl

KpoBocHabxeHue O6unbHOE Maioe

CokpailieHne HOnurensHoe, MemieH-  KparkoBpeMmeHHoe, Obi-
Hoe CTpOE




KpacHoe
MblLLEYHOE
BOJIOKHO
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®A3HbIE
NMOMNMEPEYHOMNOJIOCATDBIE MbILLLbI

- ObICTPBIE (BbICTpO yTOMNAWLWMECs) - 6enble, BorokHa Il Tuna
07151 pblgKa U Hedos12ol UHmMeHcusHou pabomsbl

- MeQJIEHHbIE (Mano yTomMnswmecd) — KpacHble, BONokHa | Tuna
Or15 NocmosiHHou pabomei

- nepexogHble oOpPMbl
- TOHNYECKNne MeasieHHble

rnoooep>xaHue rio3bl 8 epasumaluUoHHOM riofie 3emrsiu u
MOJIOXKEeHUS Yacmeu mersia OomHocumersibHO Opyea opyaa




MUOCATEJIJIUT MbILLEYHHOI'O BOJIOKHA

by o, PR OVCEE . WY 6asanbHasa nnacTuHkKa

capKoJfieMmMa

IX YNCNO CHUXKaETCS C BO3PaCTOM,;
B KpaCHbIX MbILLUEYHbIX BONTOKHaxX — bonblle, YeM B
benbix



Muocartennur

Briepsble onucaHbl Mauro B 1961r. Ha naryLuke.

imeloT BbiCOKOE sigepHOo\UUTONIa3MmaTnyeckoe COOTHOLLEHNE, MHOIO
reTepoxpomaTtuHa, CpaBHUTENBHO Mario opraHens.

CnocobHbl kK camonogaepxaHuto — doaktopbl myf (Myogenic factor) 5, Pax 3,
Pax 7.

oeHTndumkauma B MbilLEYHOM BOJSIOKHE — MO 3Kcnpeccun Pax 7 (B agpax, T.K.
TPaHCKPUMLUUOHHBIN paKkTop).

x 6onblue B palOHE KOHTaKTa MbiLl. BOSIOKHA C akCOHOM MOTOHEWPOHA, C
Kanumnnsapom.

CTuUMynbl K akTUBaUUK (MUrpauum K MecTy noBpexaeHusi no 6asanbHom
MemMbpaHe) n nponudepaumn — pusndeckne Harpyskm, afIeKTPOCTUMYNSALNS,
noBpexaeHme.

B KnuHn4eckon npakTuke UCNonb3yloT HE caTeNnNuTbl, a yXke MmobnacTsl
(KynbTYpy caTennmnToB KpanHe CNoXHO NnogaepXmeathb).

TpaHcnnaHTaumsa MmobnacToB — fokanbHO B aTpodMPOBaHHbIE MbILLLbI.



HULLA
caTenfIUTHOU KNeTKWU

Muscle
fiber

Satellite
stem cell

http://moikompas.ru/compas/satellite_cell#content



MopdomeTpuyeckmne nokasaTtenm B
MWUOMNOrnn

Macca mbiwubl

OduameTp BOMOKHa

CooTHOLWeHMe ObICTPbLIX U MeASIeHHbIX BOJIOKOH
OTHOCUTENbHOE YUCIIO KanunnapoB, UX AnamMeTp
LUnpuHa capkomMmepa

AkTnBHocTtb CAI

AT®-a3zHasA aKTUBHOCTb MMO3UHA

«CtaHpapt» - m.soleus



NMonoxeHue XUBOTHOIO NP aHTNOPTOCTATUYECKOM
BbiBelWNBAHUN-TPaBUTALUMNOHHAA Pa3rpy3kKka

e Yy KPbIC, NeC4aHOK CHUXeHne AnamMmeTpa Mblill.BOJNTOKOH
m.soleus, TeHAeHUUA K yBeJIN4YEeHUNIO HUCna 6bICprIX BOJIOKOH



‘paBUTaUMOHHaAA Tepanusa- sosgenctene UCT
Ha opraHuama.
YcTpaHeHue nwemuum, yrnydlleHue pereHepauum B
KOCTHOM, MbILUEYHOU, XPALLEBOWN TKAHAX

W
rPABUTALINOHHAS
TEPATIAAT
BIKOPPEKLIUM
HAPYLUEHUMH

PEHAPATHBHOTO OCTEOTEHE3ZA

Camapa 2000




Heobxoanmble ycrnoBua ang
pereHepauunn Mol

e HaTtsixkeHne (ycTaHOBNEeHMe CBA3U CO
CKeneTtom)

 BoccTaHOBNeHne KpoBOCHabXeHuns

e YCTaHOBNEeHe NHHepBauuu (MHayve
aTpodpmsa MbiLLEeYHbIX BONTOKOH)

Pa6botbl A.H.Ctyautckoro 1949r.




He3HaunTenbHoeE noppexagaeHume

's
& E"n
=17 &)

e e, eSS CHHEE el
| et S1= == ==
" e .,.,ﬁ SRR JHo-e{H-AEE
""" BoéCTaHOBneHMe CTPYKTYpPbl BOJIOKHa 6€3 akTuBauum

caTenn VITOB

Pa6otbl A.H. CtyaunTckoro.
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POJlb ®AKTOPOB POCTA B AKTUBALNA
CATEJUIMTHbBIX KNETOK

CTUMYINUPYET NOKOALLMNECA CATEJUIUTHBIE

HGF Heoatocyt KNETKW K OENEHUIO. YYACTBYET B
eépatocytie PEMYNAUMU MUTPALIUU CATENNUTHbBIX
growth factor KNETOK K MECTY NOBPEXXAEHUA MbILULbI
MPUHUMAET YYACTUE B PEMYNSILUMN
FGF . HAYATBbHbIX 3TAMOB PEFEHEPALINU
(6, 2) Fibroblast CKENETHbIX MbILLILL
’ growth factor | gaxHYI0 PONb UIPAIOT PELIENTOPBI K FGF:
FGFR1 W FGFR4
OKA3bIBAIOT BIVSHUE HA NPOMU®EPALINIO
IGF o Y ONDDEPEHLIMPOBKY CATENNUTHbIX
(1, 2) Insulin-like KNETOK
’ growth factor
YYACTBYIOT B PEMYNSILIMM POCTA U
TGF-B . BOCCTAHOBEHMS MblILLLL
(1, 2, 3) B-Transforming |\ craTH MHFMBMPYET NPONMOEPALMIO

growth factor

CATENJIUTHbIX KINETOK




Munobnactbl C2C12 n Mnotyoynbl



KynbTUBMpoBaHue caTenfUTHbIX KNeToK

CnusiHue muobsiacmoe ¢ obpa3zoeaHuemM muomyb6yii

MynbTUNOTEHTHOCTb
caTenNIUTHbIX KNeToK in vitro:

Me3eHXUMHas arlbmepHamueHasi oughgepeHUyuposKa
B agunouuThbl 1 oCcTeobnacThbl.



nepBI/I‘-IHO-MbILLIe‘-IHbIe MWOTMaTun

Muoauctpocpunm — gerpagaumsa MblilleYHbIX BOSIOKOH (M 3aMeLleHue nx
XXUPOBON UNN COeAUHUTESNTbHON TKaHbHO)

Muonatum — o6ycnoBneHHble COBUIOM OOMeHa BeLLlecTB U
HapyLleHneM paboTbl 3HOOKPUHHLbIX Xerne3 (MUTOXOHOPUANbHbIEe
Muonartumn, 6onesHb NMomne...)

MuoToHMN 1 Nnepnognyeckme MblilleYvyHble napanuymn — HapyLueHus
BO30yAUMOCTU MblLLEYHbIX BONIOKOH (He o6s13amesibHa eudumast
decmpyKyusi MbIUW.80JIOKOH U MbiW.criabocmb)

Monumunosutbl (CUCTEMHbIe ayTOMMMYHHbIe 3aboneBaHus)



BTOpnyHO-MbILLIEYHbIE (HEUPOreHHble) MMonaTumn

 HapyweHus B UHHepBaLuuun

e [eHepBaLNOHHbLIN CUHOPOM:

npyv HapyweHUn MOTOHENPOHOB CMMHHOIO MO3ra UM NX akCOHOB,
BO3BpaT K HBEHUNTbHOMY COCTOSIHUIO MbILLEYHOro BOJIOKHA;
lNMepBble U3AMeHeHUs — cHUXXeHne ypoBHA MI1 n noBbiweHue

YYBCTBUTENIbHOCTU MeMOpaHbl K aueTUNXoriuHy (nosiBrieHne
BHECUHANTUYECKUX XOFIMHOpPEeLenTopoB);

UameHeHue cBouCTB Na-KaHanoB (YMeHblueHMe YyBCTBUTENbHOCTU K
TEeTPOAOTOKCUHY M Np.);

HectabunbHoctb MIN nokos, conbpunnnauma mbiwubl — QuazHocmMu4yecKoe
3Ha4eHwue.

B utore — geHeQBagMOHHbIﬁ Thn aTQOQMM.

Ona noapepXxaHua geHepBUPOBaAHHON CKen.MyCKynaTypbl —
onocTumynatTopbl (MHCYNMHONOAOOHbLIEe HenpoTpocpnveckue PP,

¢dparmenTbl AKTI n ap.)



Mbllle4vHble auctpodun doweHHa n bekkepa

[Tporpeccupytouime MblleYvHble 3aborieBaHUs, BblI3BaHHbIE
MyTaumsaMn reHa QuCcTpodomnHa, pacnonararLlerocs B JoOKyce
2101 X XpOMOCOMbI.

Aucrpodpun (79 s3k30HOB) u ero

= Dp427 (B) -
= Dp427 (M)
Dp260— Dp140 116 Dp71
[ eer e i e st FBesdalo P
Exon 2 | 30 | a4 1 56 | 63 y
0 500 1000 1500 2000 2500kb
Actin
binding Rod domain WW Cys CT Localization
oz e QU 0000000000000000-00000 (Z= e )| e e
Purkinje neurones
H1 H2 H3 H4
ovzsa [ JOUNOORNO 0008 e
op1s0 IO )| e aner
Dp116 MI:I: I Peripheral nerve
Dp71 D:[: | Ubiquitous

Source: J Child Neurol © 2005 BC Deacker, Inc.
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NMpun3Hakn Mbie4vyHbIX aucTpodpunn

N3MEHEHUA Pa3MepoB MbILLEYHbIX BOSTOKOH;
obLaa gereHepaumsi MbILLEYHOW TKAHWU;

3amelleHne CKeENETHbIX MbILLIL, XKUPOBOM U
COEONHUTENBHOWN TKAHSAMMU;

HEeKpO3 MbilLLL|



MbIIICYHbLIC TUCTPOPHUHA AOIHNICHHA
bekkepa

Duchenne’s Muscular Dystrophy (continued)
Gowers’ maneuver

Characteristically, child arises from prone position by pushing himself up with
hands successively on floor, knees and thighs, because of weakness in gluteal
and spinal muscles. He stands in lordotic posture




e CTagua 4YaCTUYHOU COXPAHHOCTU ABUraTesribHOU
dbYHKUMU — BecnopsaaovHbIE MbILLEYHbIE BOMNMOKHA
(HOpManbHble, aTPOMUPOBAHHbIE,
rmnepTpodmnpoBaHHbIE), pa3pacTaHne
COeAUHUTENBbHOW TKaHU B 9HAOMMU3NU

e Ctagomsa o6e3aBMXXMBaHUA —eNHNYHbIE
aTpodupoBaHHble MblLLEYHblE BONOKHA cpeaun
dondpo3HOU U XKUPOBOWU TKaAHU; NMMMPONIHO-
rmcTmounTapHas MHunbeTpaung




Muscle biopsy specimens showing necrotic muscle cells being removed by groups
of small, round phagocytic cells (left, trichrome stain) and replaced by fibrous and

fatty tissue (right, PAS stain)
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CTpyKTypHasa Mmoaenb MyTauun reHa gucTpodumHa npu MbilleYHbIX
anctpodumax OoweHHa (a) u bekkepa (b)

a Deletion
exons 45—-54

—1 43 .44 o S

l — Stop

43 | 44 | 55

Out—of-frar:ne
dystrophin transcript
missing exons 45—-54

Truncated *
dystrophin (

— 43 —_— 44 I’II 55 —
—
44AO0ON1
43 | 55
In-frame

dystrophin transcript
missing exons 44—-54

BMD-type

dystrophin °

m' 1D-like phenotype

Nature Reviews | Genetics



MexaHn3m pa3BUTUA MblLLIEYHOMU
anctpodoun OdioleHHa

AHOMATEHAA KTeTO9IHAA MeMOpaHa C

Hedumut VBeTHIeHHBIM KOTHIECTBOM JIOKATb-
mHcTpodHEa HEIX 1e(eKTOB H IPHTOK KaTbIHA

ABOMATEHAY aKTHBHOCTE KANBIHOBEIX KaHa-
JIOB. YEBe/IHIeHHEIH NPHTOK KaIbITHA

ﬂ ﬂ
- ——

TOM
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KanbuneBasa rmnotesa pa3Butug
MblLLEYHOW AncTpodumn [ioeHHa

A Dp427 deficiency B LAM
DAP reduction %
Loss of sarcolemmal integrity

Increase in exercise-induced
membrane micro-ruptures

Natural membrane re-sealing

.

‘ Introduction of
‘ Ca?*-leak channels

Elevated | Incg:azied
cytosolic 4 dent ’

proteolysis

@ Decreased luminal
[Ca?*] buffering

Muscle
fibre
necrosis

A A
Decreased Decreased
expression of clustering of Contractile Apparatus

sarcalumenin calsequestrin



KanbuneBasa rmnotesa pa3Butug
MblLLEYHOW AncTpodumn [ioeHHa

 Ha MmbilwwnHOM Moaenn mdx nokasaHo:

- IHIMOMpPOBaHME YHUNOPTA KanbLus B
MUTOXOHOPUN CKESTETHbLIX MbILLIL

Dubinin et al., 2020



PABJOMWNOCAPKOMBbI

FeTeporeHHas rpynna 3510Ka4eCTBeHHbIX Me3eHXUMallbHbIX
HOBOOOpa3oBaHMMN, B pa3HOU cTeneHn audgpepeHUUpoOBaHHbIX B
HanpaBfieHUN CKeJleTHbIX MbILWWeYHbIX BOJTIOKOH (aHanorn4yHoe B
rmagknx MblilLax — IeMOMMOCaPKOMA)

Yawe y aeten, COCTaBNAIOT ABe TPETU OT BCEX CAPKOM MANKUX TKaHeun
y AeTeu
KneTkn moryt HanomuHaTtb: Heaud depeHUuMpoBaHHbIe MUOONACTDI,

KINneTKu-caTtennutbl, 6onee audhepeHUUpPOBaHHbIE BbITAHYTbIE
BepeTeHOBUAHbIE KNEeTKN, MHOIFOKNeTo4YHble MUOTYOY b

TpaHCMMCCUOHHAs 3NEeKTPOHHAA MUKPOCKOMNUSA — 30510TOU CTaHAapT B
AnarHocTuke pabgommocapkom (Z-nnHUU, MModpunamMeHTbl,
KOMMMeKCbl pubocom n MMO3nHa)

B otnnymne ot Apyrux KPYynHOKMETOUYHbIX Onyxonen uMmeeTt No3UTUBHOE
OKpalwimBaHue Ha 4eCMUH, BUMEHTUH, HeraTUBHOe — Ha MapKepbl
numdcgombl



Pabgomunocapkoma cob6aku. TOM
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KINTACCUPUNKALNA
PABOMNOCAPKOM

OMBPUOHAIIbHAA — OKOJIO 60%

Y neten 2-5 net, o6bLIYHO Ha ronose, Wee, B rMa3HbIX BNaguHax,
Hanbonee YyBCTBUTENIbHA K LUTOCTAaTUKaM.

COCTOMUT UX OKPYrMbIX U BepeTeHOBUAHbIX KINEeTOK. M
JIETEH,
EOTPUOMHAS qame
Yaule B MOUYENONOBOM CUCTEME, XapaKTepHbl nonunnouaHbie L 15
obpa3oBaHuA A0
JeT
AJIbBEOJIAPHAA

Yawe nokanusauua Ha TynoBuLle, Yalle Yy FoHoLWen, KpauHe
arpeccuBHa, metactasunpyet. O6pa3oBaHa OKpYrnbIMU U KNneTKaMu
HenpaBubHOU (hOPMbI.

—

NIEMVOMOP®PHASA
camasi peakast

U3 rmybokopacnonoXeHHbIX MbliLlL, OObLIYHO JSIOKanu3auua Ha
KOHEeYHOCTSAX, naumeHTbl ctapwe 30 net




Pa3Hble TUNbI pabaoMmmnocapkom (rem.-303.) cobak.
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LinToreHeTuka 1 naTtoreHes
paboomMmnocapKkom

AHomManum xpomocombl 11p15, 4TO BeaeT K ABYKPATHOMY NPEBLILLEHUIO
aknpeccumn IGF-Il, HapyweHnio NPOXOXAEHUS MO KNETOYHOMY LMKIY U KIET.
nponudgepauunn.

Bapuauun no cogepxanuto HK oT aunnongHocTn oo NnonuniongHoCTH.
Xyawum rnporHos- npu guniongHoCTu.

B anbBeosnsipHbIX pabgoMmnocapkomMax TpaHCrokaumnsa Mmexay OnuHHbIMU
nnedvammn xpomocom 2 n 13, B utore cnusHmne reHos PAX3 (Paired box
family) un FKHR (Forkhead box family). Ha atom ocHoBaH TecT andd.
OVNarHOCTMKN MexXay arnbBeOonsipHON U aMbpuoHanbHon dhopmMmamm
paboomMmnocapKkom.

Crinanue reHoB PAX3 n FKHR BegeT K HEKOHTPONUPYEMOMY POCTY KITETOK,
noLaBfieHU0 reHOB-OHKOCYMPEeCcCcopoB, yBenuyeHuto cogepxanHmna MyoD1 n
MWOreHnHa.

Takxke nosbiweHbl MDM2, CDK4 v unknud D. MDM2 nHaktneupyet pd3.
HakonneHne CDK4 n unknuHa D BegeT K HEKOHTPONMpyemMou
nponudgepauunmn Yyepes pocdopunnposaHue Rb.



AMMYHOIrMCTOXMMNYECKNE MapKepbl B ANarHocTuke pabaocapkombl

OMOpPUOHaNbHARE Loe ™ & SN, S-Sy, 7 P ?’ )J
3 Tt ,9
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BO3PACTHbIE NISMEHEHUA ckeneTHbIX MbILLL.

HakonneHune XnposBbIX Kanenb mexay mmocdunopunn.

C BO3pacTOM B CKEMETHbIX MbllLLAX pa3BMBAETCA CAPKOMNEHUS -
NOCTENEHHOE CHUXEHNE MbILLEYHON MacChl 1 ocrnabneHne MbllLeYHON
aKTUBHOCTMW.

Bo3pactHasa rpynna 71-80 ner.




CkeneTHasi MbiWwubl y MonoAabiX (creBa) n ctapbIiX
(cnpaBa) no6poBonbLEB, OTpaxarLlasa NUSMEeHeHne ¢
BO3pPacTOM KOfiM4yecTBa U paaMmepoB MUTOXOHAPUN, a

TaKXe XUpPOoBbIX Kanenb. MOXHO BUOETb CHUXEHME Yucna
MUTOXOHAPUIN B CTAPOCTU, B TO BPEMS Kak pasmMep 1
MSIOTHOCTb XXMPOBbIX Kanesib yBennymMBarTCs




[lonbin 3emnekon (Heterocephalus glaber)

Camas BbicoKasi NPOOOIMKUTENBbHOCTb XXN3HU cpeaun rpbidyHoB— Ao 32 neT u
bonee — 1 Ha NPOTKEHUN BOMnbLLEN YaCTU XKNU3HU AEMOHCTPUPYIOT OCHOBHbIE

npu3Haku npeHebpexmnmoro ctapeHns (MeOJSIEHHbIA CTAaTUCTUYECKM
HepasnUYnUMbIA TEMN CTAPEHUS, NPU 3TOM OpPraHn3M A0STKEH
noaaepXxmnBatb COCOBHOCTb K Pa3MHOXEHUIO, @ YPOBEHb CMEPTHOCTM
He [JOMMKEH pacTu C BO3PACcTOM MOCIIE NOMIOBOro CO3peBaHust )



eJieTHble MblilWLlbl ronoro 3emMJsiekoria

Bo3pacTt 6 mecsueB

Bo3pacT 60 mecsaueB




